Introduction
Amyloidosis is a term that describes a heterogeneous group of disorders in which various tissues contain the characteristic insoluble fibrillar protein known as amyloid. A number of different forms are recognized and these are described as senile, familial or hereditary systemic, localized, secondary or primary. In all forms the amyloid proteins have a fl-pleated sheet conformation that confers upon it certain characteristic features and since several different proteins can be modified to produce this distinctive structure it has been suggested that the term beta-fibrilosis may be more appropriate.' In the primary type, amyloid light chain may be K or A and the major protein component is the variable portion of the immunoglobulin molecule; the characteristic association of these patients is with multiple myeloma. In our recent experience, which has exceeded 200 consecutive patients with this disease, macroglossia has not been encountered, although it is stated to be the most prominent oral manifestation, occurring in one-fifth of patients, and may interfere with eating, prevent the closing of the mouth and result in constant drooling.2 Although amyloidosis has been reported to involve the gastrointestinal tract,36 the available case reports and photographs do not document a degree of macroglossia approaching that seen in the present patient.
We therefore report enormous enlargement of the tongue due to amyloidosis, which was successfully resected and resulted in both an excellent cosmetic effect and return of the patient's ability to eat and talk. 3 weeks after his operation and in the ensuing month the initial difficulty with talking was corrected by speech therapy. Histopathology of the tongue confirmed only amyloidosis.
Eight weeks after the operation the patient developed constricting central chest pain and died suddenly before reaching the hospital; autopsy was not obtained.
Comment
Primary amyloidosis developing in the course of multiple myeloma and characterized by the presence of amyloid light-chain in which the major protein component is the variable portion of the immunoglobulin molecule classically involves, among other organs, the tongue.2 In addition, the association of Bence-Jones or light-chain myeloma and amyloidosis has been emphasized.7 Macroglossia is said to be extremely impressive in patients with myeloma, but was found only in 22% of the Mayo Clinic series,2 and was associated with troublesome bleeding due to increased vascularity. It is noteworthy that the degree of macroglossia seen in the present case appears not to have been previously documented2'8 and, furthermore, information is limited on management and particularly the feasibility of surgical resection.9
The present experience is therefore worthy of three comments. Firstly, it is rare for patients to have a degree of macroglossia that interferes with their life style and complicates speech and ability to eat and maintain nutrition. In these latter circumstances, there is a clearcut indication for surgical removal since chemotherapy is ineffective and tracheostomy provides, at best, a compromise to sustain airway.
Secondly, the reported vascularity and associated bleeding may well have been a deterrent to more frequent use of glossectomy. However, the present case illustrates that this is not an absolute contraindication and has established that surgery for extensive resection of the tongue is feasible and can be safely achieved with minimal bleeding.
Thirdly, and perhaps surprisingly, the postoperative recovery of speech, while not complete and possibly related to the short survival of the patient, is remarkable. Our patient was able to communicate with his family and medical attendants within 2 weeks of the major portion of the tongue having been removed and virtually as soon as primary surgery healing had occurred. In the ensuing 6 weeks there was a steady further improvement in this function and shortly before the patient died, at a clinic visit, he was able to eat completely normally and his speech was easily understood, greatly improving the quality of his life and returning him to full social activities.
It is concluded that surgical correction of massive enlargement of the tongue as a result of primary amyloidosis is a feasible and worthwhile procedure. This operation should be considered for all patients where constant protrusion from the mouth or associated infection and bleeding are unsightly symp 
